Retroperitoneal liposarcoma is a rare malignant tumour with an incidence of 2.5 per million people annually. It is the most common type of all the retroperitoneal malignant tumours. Early diagnosis of the tumour is difficult because of absence of specific clinical presentation. Symptoms would only occur if the tumour exhibits pressure on the surrounding organs. It usually occurs between the fourth to sixth decades of life affecting both genders equally. Histological subtypes include: well-differentiated, poorly differentiated, myxoid, round cell and pleomorphic. Radiological imaging useful in diagnosis include: ultrasonography, computed tomography and magnetic resonance imaging. Complete surgical resection of the tumour and the adjacent viscera involved or organs remained the mainstay of treatment. Radiotherapy plays a role in reducing the risk of recurrence but its effect on the overall survival of patients is not known. The case presented is a 48-year-old male patient with retroperitoneal liposarcoma, treated by complete surgical resection of the tumour and right hemicolectomy and currently on follow-up for possible recurrence.
Introduction
Liposarcoma is a common type of soft tissue sarcoma [1] , which occurs most commonly in the extremities (52%), followed by the retroperitoneal space (19%) [2] . Liposarcoma can be histologically subdivided into five subtypes: well-differentiated, myxoid, round cell, pleomorphic and poorly differentiated [3] . Generally, round cell, pleomorphic and poorly differentiated subtypes are regarded as high-grade; whilst well-differentiated and myxoid liposarcoma are low-grade. Its occurrence within the retroperitoneal space is the focus in the index case. Retroperitoneal liposarcoma is the most frequently observed subtype of retroperitoneal tumour, with an incidence of 2.5 per million people annually [4] . It usually occurs between 40 -60 years of age, and affects the genders equally [1] [5] . Its occurrence within the retroperitoneal space is usually asymptomatic until the tumour is large enough to compress the surrounding organs [6] . The large space of the retroperitoneum permits the tumour to grow to a large size before exhibiting symptoms of compression or infiltration. These include abdominal distension, abdominal pain, gastrointestinal haemorrhage, early satiety, vomiting and weight loss. Nerve root compressive symptoms such as paraesthesia and paresis have also been reported. The paucity of specific symptoms and signs to aid clinical diagnosis shifts the focus to radiological investigations as the key in unravelling the possible diagnosis.
Radiological imaging provides important information with regards to the position, size and involvement or otherwise of surrounding structures especially major vessels as well as lymph nodes and distant metastasis. To aid treatment, the tumour must be staged comprehensively. Various criteria are available for staging. However, the American joint commission on cancer staging provides an in-depth staging which is of great prognostic value [7] . The mainstay of treatment involves complete resection of the tumour and any involved adjacent organs. Radiotherapy as an adjunct either pre-operatively or post operatively reduces the risk of local recurrence but has not been shown to have an effect on survival. Its use being limited is based on the location of the tumour in the body. In contrast to radiotherapy, the role of chemotherapy is not clear [7] . Even with complete removal of the liposarcoma, prognosis remains variable. The 5-year survival rate of well-differentiated retroperitoneal liposarcoma is 83% and 20% for the poorly differentiated subtype [8] .
Case Report
A 48 year-old male was seen at the Surgical Out-Patient Clinic of the Komfo Anokye Teaching Hospital, Kumasi, Ghana, following a referral from a private facility in Kumasi. His presenting complaint was abdominal distension for about 2 years associated with weight loss. History of abdominal pain, early satiety, jaundice, vomiting, fever, drenching night sweats, weight loss, dyspnoea and pedal swelling were all negative. The past medical and surgical histories of the patient were unremarkable. In his social history he had been the topic for discussion in their community because of the size of his abdomen and that had led to the family breaking apart. The physical examination revealed a middle aged man who was not pale, anicteric and not wasted with lymphadenopathy. He was haemodynamically stable. Examination of the chest was unremarkable. The abdomen was grossly distended with a palpable mass comparable to that of a 40 week gestational uterus (Figures 1-3 ). The liver, spleen and kidneys were not palpable. Shifting dullness and fluid thrill were both negative. All the laboratory parameters (full blood count, urea, creatinine, electrolytes, CA 19-9, CA 72-4, CEA, AFP) were within normal ranges. An abdominal ultrasonography done demonstrated a complex lobulated relatively well defined mass of size 29 cm by 14.6 cm extending from the epigastrium through the umbilical region to the pelvis which was poorly vascularised. Origin of the mass was likely mesenteric with liver involvement. Computed Tomography (CT) to assess the mass could not be done because the patient could not afford it.
In view of this limitation, an ultrasound guided biopsy was done and the specimen sent for histopathology. The results were indicative of mesenchymal Hamartoma originating from the liver.
The patient was counselled for resection of the tumour which he consented to. He was subsequently worked up for surgery.
Intra-operatively, it was determined that the mass, approximately 30 cm by 15 cm (Figure 4 ) originated from the right fatty paracolic capsule. The mesentery as well as the ascending colon was partly invaded. The right kidney and its capsule, liver, para aortic lymph nodes as well as the major abdominal vessels were not infiltrated.
En bloc resection of the tumour and right hemicolectomy was done. The specimen sent for histopathological analysis plus state of margins of resection. The mass was pathologically identified as myxoid liposarcoma which was low grade (G1) with margins of resection being free of tumour. Lymph nodes examined had no evidence of metastasis. The pathological classification via TNM was assessed to be T2bN0M0. This was conducted at the Pathology Department of the Komfo Anokye Teaching Hospital, Kumasi, Ghana.
The tumour stage via the American joint commission on cancer staging was identified to be Stage 1B amenable to the above stated modality of treatment.
The patient recovered well and was discharged home a week after surgery ( Figure 5 and Figure 6 ). He was scheduled for review and followed up on out-patient basis for the past 6 months. No recurrence has been observed yet.
Discussion
Retroperitoneal tumours predominantly originate from fat, loose connective tissue, fascia, muscles, lymphatic tissue or residual embryonic tissue, of which 80% are malignant. In the index case the tumour was identified to originate from the right fatty paracolic capsule.
The large volume of the retroperitoneal space allows tumour to grow without compressing the vital organs, resulting in rare early diagnosis. This is typified in the index case, where clinically the tumour was comparable with a forty week gestational uterus and immense size measured after resection of the tumour.
There is the exhibition of a very nonspecific symptom of abdominal distension which became bothersome months after onset. There were no compressive symptoms observed in this case which could have culminated in an earlier reporting to a health facility.
The immense limitation in diagnosis based on clinical examination brings to the fore the importance of radiological investigation. Even then, all modalities are helpful.
Computed tomography (CT) or magnetic resonance imaging (MRI) is better placed to give information on the tumour's location, size and involvement of adjacent structures.
On a CT scan, retroperitoneal liposarcoma usually appears as a large encapsulated mass containing variable amounts of fatty and soft tissue components [9] . MRI is important for the diagnosis of liposarcoma invasion of the abdominal aorta or inferior vena cava. Ultrasonography which is usually chosen for its convenience is of grave limitation in diagnosis when it comes to retroperitoneal tumours.
Its sensitivity and specificity is largely operator dependent. Its use in the case, displayed its limitation in determining the exact origin of the mass and involvement of adjacent structures. However, in the setting of financial constraints to the superior imaging modalities mentioned earlier on, it leaves room for very little options. The consequences are enormous; misdiagnosis as seen in this case. This led to an unwarranted need to biopsy the mass which is not generally recommended due to the probability of tumour seeding [10] .
Staging the tumour is an integral part of the management. There are various staging systems available. The American joint commission on cancer staging used in this case provides an in-depth staging. This is of great prognostic value in determining the most effective modality of treatment.
The components of this comprehensive staging system include; size of the tumour, lymph node involvement or distant sites and histologic grade. The grade is determined post excision.
High histological grade is one of the most important negative prognostic factors in patients with retroperitoneal liposarcoma. CT and MRI are better placed to give majority of the components pre-operatively with the exception of the grade.
Our limitation in staging prior to surgery was as a result of limitation in undertaking advanced imaging. Post operatively, the staging was done and found to be stage 1B.
Effective treatment of retroperitoneal liposarcoma requires complete resection of the tumour and any adjacent viscera invaded by the tumour, commonly the kidney, followed by the colon [11] . In the index case complete resection was successful with clear margins.
It is worth noting that high grade tumours have high recurrence rates due to tumour biology, challenges in en bloc resection and limitation in the use of high dose radiation therapy on visceral organs [12] - [15] . Radiotherapy is limited to extremity liposarcoma to reduce the risk of recurrence. In view of these factors the goal of achieving clear margins cannot be overemphasized. Clear margins were achieved in this case. There is no evidence that chemotherapy or radiotherapy improve survival rates [16] .
Even with complete removal of the liposarcoma, prognosis is variable. The 5-year survival rate of welldifferentiated retroperitoneal liposarcoma is 83% and 20% for the poorly differentiated tumour subtype. Welldifferentiated liposarcomas may recur locally, but the metastatic potential is low, while pleomorphic liposarcomas have high metastatic potential, which may reduce the survival rate [17] .
Keen follow up of patients is needed to assess the survival rate and recurrence rate in our part of the world. The patient is on regular follow up. It also requires enlisting all patients with this condition to have larger database.
It is worth noting that surgical resection is still favoured in those with advanced metastasis [18] - [20] .
There is a keen follow up of the patient 6 months post resection as stated initially for any local recurrence which remains the preliminary cause of mortality in retroperitoneal liposarcoma [21] . Interestingly, survival rate was found to improve in the patients who received a complete resection of their recurrent tumour compared with the patients who did not. It appears the gold standard of treatment remains to be removal of the local recurrence [22] . The anticipated challenges of the secondary operation in the event of recurrence should be borne in mind by the surgeon following the patient up in that the anatomical relationship would be more complex. The reason being that after the initial surgery, the anatomical position of structures may be altered and the tissues may adhere to one another or to important vessels.
However, this challenge is yet to be surmounted in the index case. The general recommendation in detecting recurrence requires the use of CT scan every 3 months for the first 2 years, every 6 months for 2 -5 years and annually thereafter.
Significant limitation in this report is the inability of the patient to afford CT scan assessment pre-operatively as well as the follow up so far. This brings up the key questions of recurrence and misdiagnosis as stated earlier.
Conclusion
In conclusion, retroperitoneal liposarcoma is a rare disease with a high rate of recurrence. Complete resection of the tumour and involved adjacent organs is the benchmark of treatment. This is a reported case of giant retroperitoneal myxoid liposarcoma and puts it into context with previously reported cases.
